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Renal transplantation in pafients with cystic fibrosis 
G. Cimino, M. Rolla, A.D. Gr zejdziak, S. Benedetti Valentini, S. Quattrucci 
University of Rome "La Sapie~a", Department of Paediatrics, CF Centre, Italy 
Aims:  The majority of patients with CF develop respiratory fai lure requiring lung 
transplantation (LTx) or less frequently hepatic fa i lure requir ing l iver 
transplantation. However, CF is a generalized disease and complications to other 
organs may occur either because of the disease itself or because of the drug toxicity. 
As the proguosis for patients with CF improves, renal disease may become more 
common. 
Methods:  We report he case of two CF patients who underwent l iving related renal 
transplantation. 
The first patient, a 38 year old woman, underwent renal transplantation in March 
2CO4, for cbronic renal fai lure treated by dialysis from 1996, which she developed 
consequently to "not CF~elated gl omeru lonepbr it is". The latter was also worsened 
by repeated courses of aminoglycosides which she received over the years for the 
control of respiratory infection. 
The second patient, a 37~ear  old woman, underwent bilateral LTx in August 1997. 
She developed cbronic renal fai lure treated by dialysis from 2CO1, because of 
repeated courses of aminoglycosides mad immtmosuppressive therapy. She 
underwent successful l iving related renal transplantation haMay 2CO4. 
Results: Bach of the recipients and the donors tolerated the prccedure well ,  with 
optimal posloper ative renal function. 
The first patient had a systemic infection from Candida Glabrata, which was 
successfully treated with voriconazole. 
The second patient had two CMV infections, which were s~3ccessfully treated with 
ganciclovir. 
Both patients have cmlent ly normal renal function and their pulmonary function is 
stable. 
Conclusions: In CF, renal fai lure may ssume greater importance in adult patients 
and in those who undergo LTx. In these cases renal transplantation may be 
considered a therapeutic option. 
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Anthropometrics analysis of the body composition of cystic fibrosis 
pafients 
L. Spirevska, S. Fustik 
Pediatric Clinic, Clinical Center; Skopje, Macedonia, FYR 
The aim of the study was to evaluate the body composition of the patients with 
cystic fibrosis (CF) in Republic of Macedonia. The study included a group of 38 
(aged 1 18) patients who are treated ha the Center for CF at the Pediatric Clinic ha 
Skopje. The results from the last anthropometrics measurement, mid upper arm 
circumference (MUAC) and the triceps skinfold trickness (TSK) were taken in the 
calculation. Besides the standard antbr opometrics parameters: height for age (H/A), 
weight for age CW/A) and % weight for height (%WJH) we analysed the fol lowing 
indexes for body composition: mid upper arm muscle circumference MAMC (cm) 
MUAC ( rcxTSK) ;midupperarmmusc leareaUMA(cm 2) UAC (rcxTSK))  
2/4 rc and mid upper arm fat area UFA (cm 2) *TUA UMA (*TUA total mid 
upper arm area). The results were compared with indexes from the intemational 
referent population from the United States National Center for Health Statistics .The 
mean values and the standard eviation of the indicators for body composition are 
given on the table 1 : 
MAMC UMA UFA 
CF pafientz Rel~popul. CF pafientz Rel~popul. CF pafientz Rel~popul. 
19.9~.1 93.7+5.2 28.5+13.5 33.8+16.2 10.35~.08 12.03+4.01 
Subnormal values for MAMC had 42%, for UMA 45% and for UFA 18% of the 
patients versus 18 % of them who had low values (<5 percentile) for W/A and 15% 
for H/A. In conclusion, the analyzed patients had lower values for indexes for 
muscle mass in comparison with indexes for growth and nutrition. Inadequate 
accretion or depletion of the muscle mass is probably result from the imbalance 
between protein energy intake and requirements. When the energy and protein 
demands of the body are not met higher rates of muscle protein catabolism may 
result ha poor development of muscle mass ha CF patients. 
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Bone Quantitative ultrasound (BQU) in Cystic Fibrosis (CF): a 
feasability study 
l l l S. Van Bierv l iet ,  K. De  Waele ,  J. Descheppet ~, E. Robberecht 
CF centre Ghend a~ul Brussels 2 
Baekgmtmd:  BQU is a new technique for assessing bone strength. The experience 
ha chi ldren with CF is limited, despite its advantages of non~adiation, bedside 
meamrement s and low cost. 
A im:  To determine the precision of the BQU technique and its potential to detect 
low bone quality ha CF chi ldren mad adolescents. 
Pat ients mad methods:  35 consecutive CF children and adolescents were studied 
by BQU (Omnisense, Sunlight). Age ranged between 3 and 18y (median 10,6y), 
weight for height % CvV/H%) varied between 79 119% (median 95,6%) mad their 
FEV1 was between 22,4 and 110,4% (median 86,1%). Measurements were 
performed twice with repositioning at the distal third of the radius of the non 
dominant arm in 15 patients. 33 patients were pancreatic insnfficient. Speed of 
sound (SOS) was meamred and results were expressed as z scores, derived from the 
manufacturers del ivered reference ranges. Spearman rank correlations were 
calculated, using st atview 5 Abacus. 
Results: The SOS ranged between 3368 and 4085 m/sec. The precision, assessed by 
the coefficient of variation, was between 0,09 and 1,6% (median 0,6%). The SOS 
z score ranged between 3.1 and 1.6 (median 0,1). The SOS z score was below 1 
ha 7 and below 2 in 2 patients. There was no gender difference in SOS z score. The 
SOS z score was positively correlated with FEV1 (p<0.01), but not with age, 
W/H%, length z score and serum 25 OH vitamin D, vit. A and vit. E concentration. 
Conclusion: BQU is an easy, reproducible method to evaluate bone quality. An 
abnormal bone quality ha 6% of a non selected young CF population. CF children 
with a more severe lung disease appear more at r isk for the build up of a poor bone 
quality. Future studies should measure BQU at different sites and have to be 
correlated to standard methods for evaluation of bone quality. 
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Paranasal mucoceles in cysfic fibrosis pediab~ic patients 
M. Di  Cicco 1, F. Albonico 1, D. Costantini 9,C. Colombo 9
~ENT Departrnent, University of Milan andAO Istituti Clinici di Perfezionamento, 
2Regional Cystic Fibrosis Centre, Univemity of Milan arul AO Istituti Clinici di 
Perfezionamento, Milano, Italy 
The aims of our study were to review a series of mucoceles cases in CF children, 
evaluating their frequency, clarifying their clinical, systemic" and local symptoms in 
order to define a diagnostic prccedure for this sinus complication in early 
childhood. 
Diagnosis of sinus muccceles was made in 14 chi ldren (6 males, 8 females) at an 
age ranging between 6too and 6yrs 9too, with a prevalence of 5.73% ( 14/242 ) in 
our population of 242 CF patients born between 1990 2CO4 and regularly followed 
at our CF centre. Diaguosis was made by means of an ENT examination i cluding 
a rhinofibroscopy followed by a CT scan of the paranasal sinuses: seven were 
maxil lary bilateral muccceles, one maxil lary monolater al, one of the nose lacbrymal 
duct, f ive maxil lary and etmoidal muccceles. Symptoms reported were: fai lure to 
tbrive, nasal obstruction, cbronic cough and snoring in all patients and oxygen 
nocturnal desaturation i two cases. Endoscopic sinus surget3' was performed in all 
patients. The fol low up period ranged from 3too to 6yrs, and only one recurrence 
was observed after 5 years. 
Endoscopic sinus surgery is a safe and efficient management of this ENT 
complication even in early infancy and also ha a paediatric population at high risk 
such as CF patients. Al l  CF children should have regular assesment of their upper 
respiratory tract, with an ENT evaluation at least yearly when asymptomatic and 
every tbree mounths in the presence of the reported symptoms. 
